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PE3IOME

Omneparnuss QoHTEHa — MAUIMATUBHAS XUPYpPrUUEcKas KOPPEKIUsS BPOXKICHHBIX MOPOKOB
cepaua (BIIC) ¢ yHUBEHTPUKYISIPHOU TEMOINMHAMUKOHN, MPUMEHSICTCS B CHUTYaIUsX, KOTIa
XUPYPrUYECKOe CO3/IaHNE ABYX PABHOIIEHHO (PYHKIIMOHUPYIOUINX KETyTOYKOB HEBO3ZMOXKHO.
bnaronapst ycnexam B peHaTalbHON AUArHOCTUKE, COBEPLICHCTBOBAHUIO METOJJOB XUPYPIU-
YECKOH KOPPEKIUH 1 MOCICONepalliOHHOTO BeixaxkuBanus feteit ¢ BIIC, Bce OomnbIniee uncio
MAlMEeHTOB C €IUHCTBEHHBIM xemynoukoM cepamna (EXKC) moxxuBaeT mo 3penoro BospacTa.
Ha ceromusmmauii 1eHs M0 BceMy MHUpPY HacuuThiBaeTcst okosto 70 000 marmeHToB ¢ TeMOIu-
HaMukoil doHTeHa.

OnHako, HECMOTPSl Ha BCE AOCTHTHYTBIE YCIIEXH, CMEPTHOCTh B JAaHHOW TpyIIle Bce ele
OCTaeTcs JIOCTaTOYHO BBICOKOH. XPOHHWYECKOE MOBBIIICEHUE CHCTEMHOTO BEHO3HOTO JIaBJie-
HUS, He()U3UOIOTUYHBIN MTACCHBHBIN JIETOYHBIN KPOBOTOK M MPOTPECCHPYIOMIAs CepledHas
HenocrarouHocth (CH) co cHmkenuem cepnednoro BeiOpoca (CB) MoCTeneHHO MPHBOASAT
K TIOSBJICHUIO OCIIOKHEHHH CO CTOPOHBI APYTMX OPraHoB U cucTeM. VIMEHHO mo3Tomy Juist
HaOMIOICHUS MAIMEHTOB ¢ reMoAnHaMuKoi DoHTeHa TpeOyeTcss MyIbTHUANCHHUILTMHAPHBINA
MOJIXOJI, & TAKKE pa3padoTKa ONTUMAIILHON TAKTUKU BEJICHUSI.

Taxum oOpa3om, 1ens Hale paboThl — MPOaHATU3UPOBATh U 000OIIUTE COBPEMEHHBIE JaH-
HBIE 10 CTPATETUU BEACHUS U CBOEBPEMEHHOM JUArHOCTUKE OCJIOAKHEHHUN Yy TAUEHTOB C Te-
MoauHaMuKkor DoHTeHa.

KiroueBbie ciioBa: IrE€MOJMHAMHUKa (I)OHTCHa, OCJIO)KHCHUA ITOCJIC OIIepaluu q)OHTeHa, CcTpa-
TETrUs BCICHUA.
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ABSTRACT

The Fontan operation is a palliative surgical correction, which is performed on children with
congenital heart defects (CHD) in cases when surgical creation of two equally working ven-
tricles is impossible. Today there are about 70,000 patients with Fontan circulation all over
the world. Due to improvement of methods in early detection and treatment of CHD, as well
as monitoring algorithms, an increasing number of patients with a single ventricle (SV) stay
alive until adulthood.

However, this group’s mortality is still quite high, despite the constant development of the
surgery approach using modern technical equipment and high-tech examination methods.
Chronic increase in systemic venous pressure, non-physiological passive pulmonary blood
flow and progressive heart failure (HF) with a decreasing cardiac output (CO) gradually lead
to complications from other organs and systems. That is why a multidisciplinary approach and
development of optimal management tactics are required to follow-up patients with Fontan
hemodynamics.

Thus, the purpose of our work was to analyze and summarize current data of the management
strategy and timely diagnosis complications in patients with Fontan circulation.

Key words: complications after Fontaine surgery, Fontaine hemodynamics, management
strategy.
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PPMCHK
Cmucok cokpamennii: BIIC — BpokaeHHblid mo- KpoBooOpamienne @ontera. Oxumaercs, 9To B OIu-
pok cepaua, I'TIK — remarouesuironsipHas KapuuHo- kaifiue 20 JeT UX YUCIACHHOCTh YABOUTCA [2, 4].

Ma, EXX — enuHcTBeHHBIN xenynouek, JIA — nerod-
Has aprepus, MKK — wmablii kpyr kpoBooOparieHus,
HIIB — nwxHas nonas BeHa, 111 — npaBoe npencep-
e, CB — cepaeunsiii Beiopoc, CH — cepieunas He-
nocratouHocTh, CCC — cepaiedHo-CoCyancTas CHCTEMA.

BBEAEHUE

BpoxaenHsie MOpOKH cepala ¢ YHUBEHTPUKYIISIP-
HOW TeMOAMHAMHMKOW SIBJISIIOTCA OJHUMHU U3 CaMBIX
cnoxHbIX cpenu Beex BIIC, u npu oTcyTCcTBUM CBOEB-
PEMEHHOI0 XMPYPruyecKoro JeYeHHUs! 3T COCTOSHUS
HMMEIOT HeOJaronpusITHhIHN MporyHo3 [1].

Omnepanust DoHTEHA SBISETCA 3aKIIOYHTEIBHBIM
stanoM najutnatuBHoON koppekiuu BIIC ¢ gyHkImo-
HainbHO EJXK, K KOTOpBIM OTHOCATCSL aTpe3usi Tpex-
CTBOPYATOro KJalaHa, CUHJAPOM THIIOMJIA3UH JIEBBIX
OTJICTIOB CEpAlla, HEKOTOpble (OPMBI IOPOKOB KO-
HOTpYHKyca ¥ Ap. OCHOBOW IeMOIWHAMUKHU JTaHHOU
olepariiu  SBISIETCS IOJTHOE pPa300IeHne KPYyTOB
KpOBOOOpaIIeHNs C y4eToM 00Xoda OJHOTO U3 JKe-
TyJOYKOB cepana. B nrore cxema KpoBooOpamieHwHsI
BBRITVISLUT clieay oM obpaszoM: EXX cepnia coobmra-
eTCSl C a0pTOH, TeM camMbIM obOecrieunBasi CHCTEMHBIT
KPOBOTOK, 8 BEeHO3HBIH BO3BpAT OT BEPXHEH U HUKHEH
MIOJIOBUH TeJla OCYIIECTBIAETCS MOCPEACTBOM IOJIBIX
BEH NIACCHBHO, HEMIOCPEICTBEHHO B CUCTEMY JIETOYHON
aprepu. B HEKOTOPHIX cITydasx BO3MOXKHO CO3/IaHUE
cooOmIeHus (HUCTYITBI) MEXy HHKHEH TOJOH BEHOH
(HIIB) u mpassim mpencepauem (I1I1) ¢ nensio ocy-
LIECTBJICHUS JIEKOMIIPECCUU B CIIy4yae IOBBIIICHUS
JABJICHHS B CHCTEME MaJIoro KpyTa KpoBOOOpaIieHus
(MKK). TakuM oOpa3oM, MpH TOTAJIBHOM KaBOMYJIb-
MOHAJBHOM aHacToMo3¢ (DyHKLIMOHHPOBaHUE MOAJIC-
TOYHOI'0 JKeJIyZ04Ka U ero cBsi3b co cTBojioM JIA moi-
HOCTBIO uckitodaetcs (puc. 1) [1-4].

ITo nanubIM nuTeparypsl, 20-1€THsS BbI)KUBae-
MOCTh TAIMEHTOB C TeMonuHaMukoi DoHTEeHa Ba-
peupyet ot 61 % 1o 85 % [2, 3]. Ha 2019 rox B Mupe
HacuuThiBajgoch okoyso 70 000 demoBeK, MMEIONIHUX

OnHako, HECMOTPS Ha JOCTUTHYTBIE YCIEXH, OIe-
pauus @DoHTeHa — 3TO MNaJIMaTHUBHAs CTpaTerus,
U [0 Mepe TOro, Kak Bce OOJbIle JieTel BBIKUBAET,
pacTeT W NPU3HAHHE TOrO, YTO OHU CTAJKUBAKOTCA
¢ MHOXecTBoM mpoOiem [1]. Hupkynsius dontena
MMeeT OrpaHMYEHHBIN pe3epB, 4TO MPUBOIUT K pas-
BUTHIO OCJIO)KHEHHUH B JIOJITOCPOYHOM MEPCHEKTUBE,
KOTOpBIE MOT'YT KacaThCsl KaK CEpAEYHO-COCYAUCTOU
cuctembl (CCC), Tak ¥ IPYTUX OPTAHOB U CHCTEM.

K nambosee yacTBIM CEpACYHO-COCYIUCTBIM OC-
JIOKHEHHUSIM OTHOCAT cHMkeHue CB, cucronnueckyto
1 IMACTONNYECKYI0 TUC(YHKIIMIO MUOKAp/Ia, perypru-
TalUI0 aTPUOBEHTPUKYIISIPHOIO KJIAllaHA, HAPYLICHUS
pUTMa ¥ MPOBOAMMOCTH CEP/IA, a TAKKe TPOMOOIM-
6onuro 1 nHpapkT Muokapaa. Cpenu SKCTpaKkapauaib-
HBIX OCJIO)KHEHUH, KOTOpPBIE MOT'YT IPOTPECCHPOBATH
C TEYCHHWEM BPEMEHH, BBIACIAIOT OEIOK-TEPSIONTYI0
SHTEPONATHIO, TUIACTHYECKHI OpOHXHT, TMOpaXKEHHE
NeYeHH, TUCPYHKIHUIO MTOYEK, a TAK)Ke HapyILIEeHHs PO-
cTa M cocTaBa Koctel [1-4].

B HacTosimiee BpeMsi TakTUKa BEJEHMS JTaHHOU
TPYNIBI MAIMEHTOB, TIEpeUeHb HEOOXOTUMBIX J1a0o0-
pPaTOPHBIX U WHCTPYMEHTAJIBHBIX METOJOB 00CIENO-
BaHHUs, a TAK)KE CPOKU HX BBIMOJHEHMs 0a3HPYyIOTCS
Ha OIBITE OTAEIBHBIX IIEHTPOB.

B 0630pe npencTaBieHsl COBpeMeHHBIE JaHHBIE 00
OCOOCHHOCTSIX TEUECHH S, OCIIOKHEHUSAX, CTPATETHH Be-
JCHUS U CPOKaX HAOJIIOJCHUS NAIlIEeHTOB C TeMOIMHA-
MuKoil DoHTEHA.

COCTOAHME CEPAEYHO-
cocyancTon CNCTEMbI Y NALUIMEHTOB
C rEMOAMNMHAMNKOWN ®OHTEHA

C ¢dwusmomornueckoit TOYKH 3pEHHUS KpPOBOOOpa-
menne OOHTEHAa XapaKTePU3YETCS IOBBIIICHHBIM
BEHO3HBIM JIaBIICHUEM M 3aCTOWHBIMHU SIBICHUSMH,
COIPOBOXIAOIIUMHUCS OTHOCUTEIIBHO HHU3KHM CEp-
JICYHBIM BBIOPOCOM — HanOoJIee YacToe OCIOKHEHHUE
co croporsl CCC [1]. Kpome Toro, 9acTo MMEIOT Me-
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CTO CHCTOJIMYECKAs M AMACTONWYECKast AUCHYHKLUS
MHOKapJa, peryprutanusi aTpUOBEHTPUKYIISPHOTIO
KJIalaHa, HapylleHHe pUTMa U NMPOBOAUMOCTU Cep-
I1a, a TaKXKe TPOMOO3MOOINYECKUE OCITIOKHEHUS U MH-
(hapxT muokapna [1-3].

Nmenno CH saBnsieTcs Beayei NpuYuHON J1eTaIb-
HBIX UCXOJI0B B 3TOM I'pyIe nanueHToB [2]. CHuxeHue
CHCTONIMYECKOW (PYHKIMM MHOKap/a HPUCYTCTBYET
y 40—60 % maruenToB ¢ remogunHamMukoil @ontena [1].
[laToreneTnyeckue M reMOAMHAMUYECKHE MEXaHH3-

Mbl (opmupoBanusi CH ciaoxHbl 1 MHOrOKO(aKTOp-
Hbl. Y nanuentoB ¢ EXXC napymenne reMogiMHaMUKH
MIPOUCXO/IMT ellie BHyTpuyTpoOHo. [locie nmpoBeneHust
IIEPBBIX 3TANOB KOPPEKIUHU MOPOKA B HEOHATAJIbHOM
nepuoae (HaJOKEHUE AaoPTOIYJIbMOHAJIBHOIO IIyH-
Ta WU cyXuBaHue JierouyHoi aprepun) EXXC ¢yHnk-
LUOHUPYET B YCIOBUSAX OOBEMHOW MeperpysKu, 4To
MOXET IPUBOJUTH K €ro JAMJIATallUd U U3MEHEHMIO
CTPYKTYpbl MMOKapja, apXUTEKTOHHKH KapIHOMHUO-
uutoB. Kpome Toro, Muokapn paboTaeT B yCIOBHSX

Congenital Heart Disease illustrations [3neKkTpoHHbIi pecypc] —pexunM pocTtyna: https://congenital-heart-

disease.ch/heart-disease

Puc. 1. lemopuHaMuKa nocne onepauumn PoHTeHa: 1 — ToTaNibHbIN
KaBOMyJibMOHaJ/IbHbIX aHaCTOMO3, 2 — paclUMpeHUe aopThbl 3annartou, 3 —
3KCTpaKapAauasnbHbIA KOHAYUT, 4 — aHAaCTOMO3 JIEFO4YHOW apTepuUMn Cc aopTon, 5 —
aTpe3uda MUTpaJsibHOro KnanaHa, 6 — atpesus aopTbl, 7 — runonjiaampoBaHHbin JIXK,

8 —epunHcTBEeHHbIN MK

Figure 1. Hemodynamics after the Fontan operation: 1 — total cavopulmonary
anastomosis, 2 — patch aortic dilation, 3 — extracardial conduit, 4 — pulmonary artery to
aorta anastomosis, 5 — mitral valve atresia, 6 — aortic atresia, 7 — hypoplastic LV,

8 —single RV
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XPOHUYECKOH THITOKCEMUHU U THIIOKCHH B Pe3yJIbTare
BHYTPHUCEPACUYHOTO0 CMeInBaHus KpoBu. [locie BBI-
nojiHeHus1 onepanuu DoHTEHa OTMEYaeTCsl CHUXKE-
HUE paHee MOBBIIICHHOW MPEIHAIPY3KH, BCIICACTBHE
YeTro YMEHBIIACTCs YIapHBIi 00beM cepama. B To ke
BpeMsl, YUYHUTHIBasi U3MEHEHHYIO CTPYKTYpPY MHOKap-
Jla, OH OKa3bIBAETCs HE CcrocoOeH monepxkuarh CB
B HOBBIX yCJIOBHSIX, cooTBeTcTBeHHO, CH mpogomkaer
porpeccupoBars [2, 3].

B cBs3u cO CTPYKTYpHBIMH aHOMAJHUSMH aTpPHO-
BEHTPUKYJSAPHBIX (AB) kiamaHoB, TOAKIANIAHHOTO
amnmapara, jawiaranued (uOpO3HOro KoJIbLA /WU
CHUKCHHEM COKPATUTEJIbHOU (YHKIIMH >KEIYI04Ka
JIOCTATOYHO YacTo MOKeT Habmromatbes AB peryp-
rutauus [3]. TpukycnuaaabHbIA KJamaH B POJU CH-
CTEMHOT0 HarboJiee MoIBePIKEH TUCHYHKIIHH, TAK KaK
HE MPUCIIOCOOJICH K ()YHKIIMOHMUPOBAHHUIO B YCIOBHUSIX
MOBBIIIICHHOTO JaBJICHUsI. 3HAuWMasl perypruraius
MOJKET MPUBECTH K 00BEMHOM MeperpysKe, ANIaTalni
KaMmep cepila, CHIKeHUIO (pakiuu BeiOpoca (DB),
a TaKKe K IMOBBIIICHUIO JIABJICHUS B CUCTEME JISTOYHOMN
aptepuu [3, 5].

HecMoTpsi Ha co3aHue MOJHOW TeMoJMHaMHUYe-
CKOH KOPPEKIIMH, Y JaHHBIX MAIlIEHTOB YPOBEHb CaTy-
paiuu 00bIYHO HaxoauTcs B mpenenax 90-95 %. s
3TOTrO CYIISCTBYET PsIi OCHOBHBIX HMPUYMH: JPESHUPO-
BaHHE BEHO3HOW KPOBU M3 KOPOHAPHOI'O CHHYCA WU
yepe3 HUcKyccTBeHHBbIe (enectpanmu HIIB B mipen-
cepaue, OTKyAa KPOBb HANpaBIsieTCs B OOJBIION KpyT
KpOBOOOpAILEHUS; MMACCUBHBIN JICTOYHBIH KPOBOTOK,
KOTOPBIN MOXET He 00eCIeUnBaTh aIcKBaTHYO riepdy-
30 BEPXHUX OTJICJIOB JIETKUX; HATMYUE apTePHOBEHO-
3HBIX W BEHO-BEHO3HBIX (hUCTyl. CTOUT OTMETUTH, UYTO
MOCJICHUE MOTYT MPUBOAMTH K CHUKCHUIO CaTypaIuu
y HEKOTOPBIX MalMeHTOB B mokoe menee 90 % [1, 2].

Erte oHMM HEMajOBaXKHBIM OCJIOXKHCHUEM SIBJISI-
torcs HapymeHus: purMa cepana (HPC) u mpoBonnmo-
CTH, KOTOPBIE, B CBOIO 0Yepe/ib, MOTYT TOBBIIIATH PUCK
TpoMOO0OOpa3oBaHus, Yallle B NPEACEPAMSX, MPUBO-
muth K nuchynakiun EXXC u, kak ciepcrsue, mporpec-
CHUPOBAHUIO CePACIHON HemocTaTouHOCTH 2, 6]. [Ipen-
cepAHas Taxukapaus pasBuBaeTcs Ooiee yeM y 50 %
MAIMCHTOB B OT/IAJICHHOM IEPHOJE IOCIIE ONepaluu
®dontena [2]. B uccnenopanuu d’Udekem Y. u coaBTo-
poB ¢ yaactueM 1006 marmeHToB COO0IIAeTCs O pa3BH-
THU CYIPaBEHTPUKYIIpHON Taxukapanu y 10 % 6omb-
HbIX B TeueHue 10 neT HaOMIONEHUS, HEYCTOHYMBas
U peXe YCTOMYMBAS KEITYJTOUKOBAs TaXUKaAPIIUs OTME-
ganach y 12 % manmeHToB, KpoMe TOTO, OTMEYAIOCh
TIOBLINICHUE PUCKA BHE3AITHOW CEpIeTHON cMepTH [6].
Bmusaue HPC Ha ximHHMYecKkne MCXOABI Y OONBHBIX
nociie oneparuu GoHTEHa TaKkKe MPOJIEMOHCTPUPOBA-
Ho B pabote Diller G. P. u xomer, kyga ObuT BKITIOUEH
321 manueHT ¢ reMonuHaMuKoNH DOHTEHA: CPEeNH JINII,
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y KOTOPBIX pa3BUJIACh CyPaBEHTPUKYIAPHAs TaXUKap-
JIUsl, JIETABHOCTh YBEJIMUYMIACh B 6 pa3 B CpPaBHEHHH
C manueHTamu 0e3 HapymeHui putMa [7].

OcHoBoi 110001 TporpaMMbl HaOJIIOACHUS 3a Na-
HUEHTaMHU ¢ KpoBooOpamienneM DoHTeHa sBISIETCS
komrutekcHast onenka CCC, BKJroYas TIIaTeIbHBIN
cOop xanob m anamHe3a, PU3NKaITLHBIN OCMOTp, KITH-
HHUKO-Ta00paTOPHBIN KOHTPOJIh, HHCTPYMEHTAITHHOE
oOcjeoBaHNE C HCHOJIB30BAHUEM BBICOKOTEXHO-
JIOTUYHBIX METOAOB AuarHocTuku. KpaiiHe BakxHO
MPOBOJUTH JUHAMHYECKOE CpaBHEHHE pPE3yJIbTaTOB
o0cienoBaHusl.

IIpu ompoce mamueHTa CileIyeT AaKICHTUPOBATh
BHUMaHHUE Ha TaKHe KaJoObl, KaK SMU30/bl yYalleH-
HOr'o cepjreOueHus, 00 B 00J1aCTH ceplilia, CUHKO-
NaJIbHBIE U NIPECUHKONAIBHBIE COCTOSIHUSA, CHUKEHUE
TOJIEPAHTHOCTH K (PU3UYECKUM Harpyskam, repude-
puueckue oreku. Kpome Toro, He00X0JUMO OLICHUBATH
YPOBEHb caTypaluu Mpu caMOCTOATEILHOM KOHTPOJIE.
OusnkanbHOe 00CIeOBAHNE O0S3aTENBHO BKIIIOYAET
OCMOTp KOXHBIX TIOKPOBOB, U3MEpPEHHE apTepualib-
HOr'O JTABJICHUS HAa BCEX KOHEUHOCTSIX, ayCKYJIbTALUIO
cepAna M JErkux, Najblauuio NeprudepruuecKux ap-
TepHil, MaJbMNAlNIO TICUCHU U CEJIE3eHKH, U3MEPEHHE
catryparnuu [1]. PexomenagoBanHble CpoKH HaOIrOIE-
HUA — Kaxable 6—12 mecses [2].

[Ipu n1aGopaTopHOM HCCIEIOBAHUH, IOMUMO OLICH-
KM OCHOBHBIX MOKa3zareJield, peKoMeHIyeTcsi o0si3a-
TEJIbHbI KOHTPOJb YPOBHSI HaTPUHYpPETHUUECKOIO
MENTHAA U TPONOHHMHA | ¢ MEPUOAUYHOCTBIO KaXKAble
1-3 roma njs onpeneneHusl CTENeHU BbIPAKEHHOCTH
xponnueckoii CH u addexkruBHOCTH TPOBOIUMON Te-
pamnwuu [2, 3].

[ cBOEBpPEMEHHOTO BBISIBJICHHS W KOHTPOJIS
B auHamuke HPC, mpoBoauTcs 31eKTpoKapauorpa-
¢us (OKI') nokost B 12 oTBeIeHUAX, a TaKKE CYTOU-
noe mouutopupoBanue JKI [1, 2]. C nenbio oneHKu
CHUMIITOMOB TpH ¢u3nveckoid Harpyske, HPC, naceI-
IIEHUST KUCIOPOIOM, MAaKCHMAaJbHOTO MOTpeOIIeHus
KHUCIIOpOJia ¥ aHAdPOOHOTO TOpOra, Tak)Ke MPOBOISAT-
csl IpOOBI € JIO3MPOBAHHOW (PU3UUECKOW HArpy3KOH
W KapauopecnupaTropHseiil Tect [1]. Dxokapauorpadu-
YEeCKOe HMCCIIEIOBAaHUE BBITIONHACTCA €XKETOJHO C aK-
LICHTOM Ha OIpe/AeSieHUe KPOBOTOKA B IOJIBIX BEHAX,
UX pa3Mepsbl, Han4uue peHecTpauu, CUCTOIIMYECKYIO
U AMACTONNYECKYI0 (DYHKLHIO KEmyIo4yKa, COCTOs-
HHeE KJIATaHHOTO M MOJKJIAIIaHHOTO aIlfapara, a Takxe
nyru aopThl. CTOUT 0OpaTHTh BHUMAaHUE, YTO OIICHKA
CUCTOJMYECKOH U THaCTOINUECKON (YHKIINH MUOKAp-
Jla y TIallMeHTOB ¢ reMoAnHaMukoil PoHTeHa 3aTpya-
HEeHa, TaK Kak He cyllecTByeT HopMaTuBOB s EXK.
[Ipu orpunarenpbHON AUHAMHKE TICPHOA HAOTIOACHUS
MOKET OBITh COKpAIlleH, B 3aBUCHUMOCTH OT KIMHUYE-
ckoil cutyauuu [2]. MPT u KT cepaua nposoasTcs
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C aKIEHTOM Ha aHATOMHIO BETBEH JIETOUHOW apTepuu
Y KPOBOTOK, (hpakIIMi0 BEIOpOCA JKEITy/I0YKa, CTEIICHb
KJalmaHHOM perypruTaunuy, pa3Mepbl AYTH aOpPTHI
¥ BBISBJICHHE aOPTOITYJIBMOHAIBHBIX KOJUIaTepasiei
[1, 2]. KT-aarumorpaduto peKOMEHIYETCS BBITTOHSTH
1o noxkaszanusM [2]. Takxe pekoMeH1yeTcs HIPOBOAUTh
CKpPUHHMHTOBYIO KaTeTepu3aluio cepamna uepes 10 et
nocinie onepannu GoHTEHA BCEM MalMEHTaM C LEJIbI0
OIIEHKM CHCTEMHOTO BEHO3HOTO JIaBJICHUS, KOHEY-
HO-ZTHACTOJTUYECKOTO JIaBIIEHUS B JKEIy/IOYKe, HACHI-
IICHUST KUCIOPOAOM, U MPH HEOOXOIUMOCTH XUPYP-
TUYECKUX BMEIIATEILCTB (HAIPUMED, CTECHTUPOBAHUE
JIETOYHOU apTepuu Ipu cTeHose) [1].

IlpumepHbIE CPOKHM TPOBEJACHUS MCCIEIOBAHUMN
npencraBieHsl B Tabnume 1. [Ipu orpunarensHOM au-
HaMHUKE CPOKU MPOBEICHUS MOTYT ObITh H3MCHEHBI.

NMOPAXXEHUE NEYEHW Y NALUMEHTOB
C FEMOAVNHAMUKOW ®OHTEHA

DOHTEH-aCCOIMUPOBAHHOE 3a00JIEBAaHUE TICYCHH
(FALD) u ero nocneacTus B Buae GuOpo3a u uppo-
3a ME4YEHHU BCe OOJIbLIE BBI3BIBAIOT 00ECIIOKOCHHOCTD
kauHunucToB [2, 8—10]. Pazsutue FALD npeumyie-
CTBEHHO CBS3aHO C 0COOCHHOCTSIMH KPOBOTOKA, YHU-
KaJIbHBIMH JIJIs1 KpoBooOpamienuss ®onrtena [11, 12].
[loBbIIIeHNEe CHCTEMHOTO BEHO3HOTO JABJICHUS H3-3a
MTACCUBHOTO JIETOYHOTO KPOBOTOKAa M CHMXkeHHe CB
MPUBOAST K XPOHUUECKOMY BEHO3HOMY 3aCTOIO, MOP-
TaJbHOM THINEpTEeH3uH, runonepdysun mnedeHu [l11,
13]. C mporpeccupyronuM n3MeHEHIEM TeMOTHAMU-
KM HapacTaeT I'MIIOKCHS FelaTOLUTOB, YTO NPHUBOAUT
K peakTUBHOMY (hnOporeHesy u3-3a arpodun neHTpu-
J00YJISPHBIX TENAaTOUTOB, B HEKOTOPBIX CIIydasx co-
MPOBOXKAAIOIIEMYCS aKTHBAIlMe BOCMAIUTEIHLHOIO
npouecca [3, 14, 15]. ®usnueckuii cTpecc yCUINBaET
9TH SIBJICHUS PE3KUM IOBBIIICHUEM AABJICHUS B LICH-
TPaJbHBIX BEHAX JI0 YPOBHS > 25 MM PT. CT., KOT/1a ye-
JIOBEK OOPCTBYET U aKTUBEH [16].

HauanbHble M3MEHEHHS IEUECHH MOXXHO BBISBUTD
B TepBbIe 5 JIeT mocie omepanuu, a B 80 % cirydaes
B 3TOT HEpHOA yxke ompenensercs (GuOpo3Hoe 3ame-
meHue renarouToB [9, 17]. B cmydae mporpeccupo-
BaHMS HAPYIIEHUH reMOIuHaMUKN (prOpo3 MOXKET Tie-
peiTH B UPPO3, COMPOBOKAAIOIINIACS MOBBIIIIEHHBIM
PHCKOM Da3BUTHUs T'ENATOLEIUIIOISPHON KapLMHOMBI
(I'LIK) [18-21]. ComacHO AaHHBIM JINTEpATyphl, Y Ma-
LIMEHTOB ¢ remoanHaMukoil MoHTeHa B Bo3pacTe 10 22
net BcTpedaeMocTh ['IIK cocraBmser okono 3—15 %
CJIy4aeB, 4TO 3HAYMMO IPEBBILIAET CPEJHECTATUCTHYC-
CKHE MOKa3aTenu cpenu nomyiasiuuu [22, 23]. IIporunos
B ciayuae passutus I'LIK ocraercst noBonbHO Hebnaro-
MPUATHBIM, TaK Kak Oojiee MOJOBHUHBI OOJBHBIX yMH-
paloT B Te4eHHE 2 JIET OCIe YCTaHOBJICHHS TUArHO3a.

OnHako mopa)ieHHe Me4YeH! y MalMeHTOB C Hapy-
eHneM KpoBooOpamenuss GoHTEeHA B TeUeHUE JIH-
TETHFHOTO BPEMEHH Yallle BCEro MPOTEKAEeT BAJO FIIH
OeccuMnTOMHO. KIMHUYECKH MOXKHO BEISIBUTH Telia-
TOCILJICHOMET aJINI0, MPU3HAKK NOPTAJIBLHON THIIEPTEH-
31MHM, BKJIIOYas BApUKO3HOE pacIIMpeHHe BEH U aCIUT
[24]. loBOTBHO peaKo MEKOMIIEHCHPOBAHHEIN ITUPPO3
TIEYEHU MOJKET MPOSIBISATHCS OOJiee OCTPO — MpPU3HA-
KaMy 3HUe(daIonaTuy, KPOBOTEUCHUS U3 BapPHKO3HO
pacIIMpPEHHBIX BEH, TOPTAIBHOM racTponaTuu 1 SHTe-
poratuu. Pa3HpIMH aBTOpamMu OBLIIO TaK’Ke MOKa3aHo,
YTO HAJUYHE BAPUKO3HO PACIIHPEHHBIX BEH MPSIMO
KOppENHUPYyeT cO cTereHkio (puodpo3sa [10].

C nenbio TMHaMHYECKOT0 KOHTPOJIS Pa3BUTHUS BO3-
MO’KHBIX OCJIOKHEHUH CO CTOPOHBI ITEYeHH TPOBOJIUT-
Csl OllEHKa TaKuX Ja0OpaTOPHBIX MapKepoB (QPYHKIIUU
MeYeHn, Kak ajJJaHWHAMWHOTpaHc(epasa, acmaprara-
MUHOTpaHc(epaza,  raMma-TIOTaMHJITPAHCIICIITH-
nmaza (I'T'T), ounupybun u xonmectepud [1]. Baxno
MOJYEePKHYTh, YTO CO BpEMEHEM HalOJIoaeTcsl Mpo-
rpeccupyitomiee nopeimenue ['T'T u ounnmupyowna. On-
Hako Hapactanue ypoBHs [ 1T He sBisieTCs MapkepoM
MOpa)XEHUs MEYEHH, OHO TAKXKE OTpa)kaeT CTENEeHb
oO11ell aHTHOKCHJAHTHOW HEJ0CTaTOYHOCTH, CBHJIE-
TETBCTBYET O TIOBBIMIEHWH OKCHJIATHBHOTO CTpecca
U MOXET OBITh TPHU3HAKOM OOIIeH HecTaOMIEHOCTH
reMoiuHaMuKkH [25, 26]. Cnenyet OTMETUTD, UTO AAXKE
Ha TO3J{HUX 3Tanax GuOPO3HOTr0 3aMEIICHHUsI Irenaro-
UTOB (hepMEHTHI TICYCHU MOT'YT OCTaBaThCsl B IIpe-
JleTax HOPMaJIbHBIX 3HaYeHWH y OOJBITUHCTBA TallH-
€HTOB, MO3TOMY HE CJEIyeT OrPaHUYUBATHCS TOJIBKO
MOHUTOPHHI'OM J1a0OPAaTOPHBIX MOKa3aTeNe sl BbI-
siBlieHHsT M olleHKH Tsokectn FALD [3]. HemanoBax-
HOHM sIBJISIETCSl OIIEHKa IOKa3aresied CBEepThIBalollen
cucTeMbl KpoBU. Tak, Mpu NeYeHOUYHON HET0CTATOUHO-
CTH TOBBIIIAETCSI TPOTPOMOUHOBOE BpEMSsI, MEXKTyHa-
ponnoe HopmanuzoBanHoe otHomeHue (MHO) u cau-
JKaeTcss Koian4yecTBO TpomboruToB. Ilokazano, 4To
TPOMOOIIMTOIICHHS B BRICOKHH ypoBeHs MHO y nmerei
SBJISIIOTCS YyBCTBUTEIBHBIMH MapKepaMu pPa3BUTHA
NOPTAJILHON TUIEPTEH3UU O€3 aclICHHH/TIOIUCTIIIe-
HUU ¥ KOPPEIUPYIOT CO CTENECHBIO MOPTaIBHOTO (u-
Opoza [11, 27]. Ans ompeneneHus puckoB CMEPTHOCTH
y MaIMeHTOB C TEPMUHAJIBHON CTaJuel 3a00JeBaHUS
TICYCHU ¥ ONPE/ICIICHUS TPUOPUTETOB JJIsl TPAHCILIAH-
Tanuu nedeHu nposonat ouenky MELD/MELD-XI
(6e3 MHO). HeoOxomuMo Tak)e KOHTPOIHPOBATH
ypoBeHb o-(eronporenHa B KpoBu. [loBrImienne ero
ypoBHs siByIsieTcsl mpenuktopoM passutus 'K, oco-
OCHHO IPH BBISBJICHUU Pa3JIMYHBIMH METOAAMHU BH-
3yaJu3allii HOBOW WJIM MOJO3PUTENBHON CTPYKTYpPHI
B redyeHn. HekoTopsle HEHTPHl PeKOMEHAYIOT MCCIe-
JIOBaHWE JaHHOTO IOKAa3aTels B paMKax eXKeroJHO-
0 CKpHHHUHTA Y OONBHBIX B TIO3JTHEM MOJPOCTKOBOM
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Ta6nuua 1. NMpuMepHble CPOKK 06cnepoBaHNsA NaLMeEHTOB ¢ reMoanHaMuKomn MoHTeHa

Table 1. Approximate terms of patients examination with Fontan hemodynamics

Cucrtema YacToTa
Tun nccnepoBaHuA MpumevaHne
opraHoB uccrenoBaHuna
®ur3nKanbHbI OCMOTP Kaxkable 6-12 mec.
Kaxgble 6-12 mec. YacToTa MOXeT BapbupoBaTbCA
OKI (He pexe 1 pa3a B 3aBUCMMOCTMN OT KIINHNYECKOrO
B ropn) COCTOAHUA
TpaHcTOopakanbHaa IxoKl exerogHo
Kaxable 2-3 roga
CyTO4YHOE MOHUTOpPUPOBaHNE Yale npuy HapyweHnax putMa
(MoppocTKM Kaable
IKIr % 1 NPOBOOUMOCTM
1-2 ropa)
x
i Kaxable 2—3 roga
o Ctpecc-TecT ¢ dnsnyeckomn
s 2 (mMoOpocTKM Kaable
= Harpyskom
> 1-3 ropa)
3
i . AHanunabl KpoBu (B 3aBMCMMOCTU
o CbiBOopOTOYHbI BNP B getcTBe 1 pa3s or HnMquepcuorc() cTaTyca, npenblayLLMX
T (NT-proBNP) (mogpocTKy Kaable . yca, np Y
o YPOBHEI, CPOKOB NpOBeaeHUA
= TponoHuH | 1-2 ropa)
s npeabloywero aHanmsa)
O
1lpasB3rona
MPT cepgua (MoapocTKM Kaable Mo KNMNHNYECKNM NMOKa3aHNAM
2-3 ropa)
Mo KJANHUYECKNM
KT-aHrunorpadus
rMoKasaHnaM
Mo KINHUYECKNM
KaTteTepusauusa ce a rNMoKasaHunsaMm
P H PAL, Kaxpgble 10 net
1N Brorncuna nevyeHn (10-12 net nocne
onepauunmn)
. Mpu KaxgoMm
®ur3nKanbHbI OCMOTP KoHcynbTauums renaTosiora
obpaleHnn
ACT, AJIT, I'TT, 6unnpy6buH,
anbbyMunH, NpoTpoMbUHoBOE B 3aBUCHMMOCTW OT KITIMHNYECKOIO
€XXerogHo
Bpemsa, MHO, Tpomb6ouuThl, COCTOfAHUA
MELD-XI
o-dpeTonpoTenH €XXerogHo B cnyyae unpposa — Kaxpable 6 MecALEeB
Ceponorusa HBV, HCV 1 pas
n NccnepoBaHne Mopdonorim napeHXmMbl
I o
o Y3W 6ptowHoin nonoctn (Y3U- | He pewe 1 pasa nevyeHun, ceneseHKn (aXoCTPyKTypa
T
[} ponneporpadus) B 2 roga M 3XOreHHOCTb)
= He 4yyBcTBUTENEH ONA BbiABNEHNs ¢rubposa
Mo KJNHUYECKNM TonbKO NMpu 04aroBbIX MOPAXKEHUAX, KOraa
Brnoncusa neveHn
MoKasaHnaAM LMpPpO3 Nnofa, BONPOCOM
®dubpockaH (Y3U- He pexe 1 pasa
anacTorpadus) B 5 net
KT v MPT (B T. u. Mo KINHUYECKUM Bonee nogpobHasa nHpopmaumnsa
anactorpadun) rokasaHunam O CTPYKTYPHbIX N3MEHEHUAX B MEYEHN
3rC Mo KJANHUYECKNM Mpw Nnofo3peHnn Ha BapnKO3Hoe
rnokasaHusam paclnpeHne BEH U KPOBOTEYEHNS N3 HUX
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Mpoguns Genka exerogHo B 3aBucumocTn ot n HUsA Ha Ilb
1 CbIBOPOTOYHbI anbbyMunH A 3aBNCNMOCTL OT NOAO3PE a
(cbIBOPOTOUHbIA anbbyMuH, 06w i 6eNoK,
YpoBeHb IgG B CbIBOPOTKE Kaxaple 1-4 rona aGCONOTHOE KONMYECTBO NMMGOLMTOB)
@©
Kaxgble 3—-4 roga
5 ,u,eﬁelh 5 BO3 :.CTe LOunarHocTuYecKme 3HaYeHns:
5 . Y P - A1AT > 54 Mr/on;
S ®eKanbHbIN -1 aHTUTPUNCUH | 00 12 neT n Kaxable
o . - KnupeHc A1AT > 27 mn/cyT 6e3 anapeu;
1-3ropay peten
S - KnupeHc A1AT > 56 mn/cyT npu anapee
e cTapwe 12 net
O
(5]
T NPy KayaoMm .
S PyTUHHBI KOHTPONb ANF paHHEero
5 ViamepeHne catypauunm KINHNYECKOM
BblfiBNeHNA pa3euTtua PB
© KOHTpoOse
g
= PeHTreHorpadusa rpygHon eyeronHo MOHUTOPUHI pa3MepoB cepaLa 1 NeroyHom
KNEeTKN BaCKynapusaumm
MPT c T-2 B3BewnBaHmem, Mo KIINHNYECKNM CTpyKTYypa nuMmbaTn4ecKnx cocynoB
MP-numoorpacus, PYKTYP cocy.
rMoKasaHunaM rPyLHON KNETKN 1 GPIOLWHON NoNocTun
BpoHxocKonuA
®dur3nKanbHbI OCMOTP,
3MepEHMEe apTepuanbHOro KoHcynbTaums Hedponora
AaBneHna €XKerogHo
Brnoxnmumnyeckunin aHanns KpeatnHunH, CK®, Mo4eBuHa, umuctatuH-C,
KpoBWU Na, Cl, K, Ca, pocdaTbl)
o MpoTenHypus, MUKpoanbbyMuHypus,
S O6wWwmin aHanns Mo4n Kawngble 1-2 roga P yP P Y yp
z COOTHOLWEHNE anbByMNH/KpeaTHNH
o)
= AHanna cyTo4Hon Mo4n Mapkepbl NoBpeXaAeHNA
eXerogHo
(NGAL, NAG) TyBynonHTEPCTULNA
MoBblWeHNEe NHOEKCA PE3NCTEHTHOCTHN
noyek > 0,81 ykasbiBaeT
-ponn r L KerogH Ha npor " wee n YKEHME MOoYeK,
Y3W-ponneporpa exxerogHo a nporpecc loLLEee NMopaxeHne noye
cBAzaHHoe ¢ CH, n accouunpyeTtcs
C BbICOKOW NeTanbHOCTbIO
[JononHuntenbHble MeTOAbI
1 NoKasaTenu:
- MeTabonundeckunin npopusb;
- ButamuH D;
- Ca cbIBOpPOTKY;
- AMMInak nnasmol;
- YpoBeHb Hb kpoBwu,
5 remaTtokpuT, Fe, dakTopsbl
z CBepTbIBAEMOCTY;
5 - CO3;
S - lopMoH pocTa;
o P P exerogHo
e - MNapaTropMoH;
s - DXA- ckaHupoBaHue KocTei;
Sf - Rg Touek okocTeHeHUs;
- Pacuet IMT;
- OueHka pa3BuTnA
rno TaHHepy;
- MPT ronoBHOro mMoara;
- TectupoBaHune
Ha pa3BUTNE HEPBHON
CUCTEMBI N KOTHUTUBHbIX
criocobHocTel

* — netn (o 12 neT), nogpocTku (12-18 ner)
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U B3pOcioM Bo3pacTax [1]. AMepuKaHCKas accolua-
LU IO U3yYEHUIO 3200JIeBaHUI TEYEHU PEKOMEHIYET
MIPOBOANUTH OINpEAETeHUE JaHHOIO IMOoKa3aTels BCEM
ManueHTaM Kaxapie 6 mecsies [28].

B 3aBucuMocTH OT CTeneHW TMOpaKEHUS IEYCHH,
COITYTCTBYIOIIIUX OCIIO)KHEHUH W BO3pacTa IMalreHTa
(dbopMupyercs WHIAUBUIyaJlbHAs IporpaMma JIHMHA-
mudeckoro koHTpouss [2]. KommberoTepHas Tomorpa-
¢us (KT) u MPT npenocTaBisitoT TOTOTHUTEIBHYIO
Y TOYHYIO WHPOPMAITUIO O MOP(OIIOTHH U CTPYKTYype
MIEYCHH, a TAKXKE O XapaKTepe PacHIMpeHHs] COCYIOB,
OCOOCHHO TIPU XapaKTEPUCTHUKE Y3JOBBIX 00pa3o-
Banuit medenn u ['IIK [29]. B mocnennme romel Bce
Yale OTMEYaeTCsl BAKHOCTh MCIOJIB30BAHUS y TAKHUX
OOJBHBIX TIJIAHOBOM KOHTPOJIBHOW OWOIICHMU TEYEHH,
KOTOpast SIBJISIETCS 30JI0TBIM CTaHAAPTOM MAJIS OILEH-
k1 ¢ubposa. [lo MHEHHIO OIHUX aBTOPOB, €€ Clie-
JyeT TPOBOJUTH TOJBKO TPU BBISBICHUU OYaroBBIX
W3MEHEHUH WU TPU MOJO3PEHUH Ha IUPPO3 MTEYCHU
[2, 29], 1O JaHHBIM K€ OPYTUX aBTOPOB, IPOBEACHUE
CKPHMHHMHTOBOM OMOIICHH TIEYeHU PEKOMEHIOBAaHO BCEM
NalMeHTaM ¢ reMoJuHaMuKkoil @OHTEHA B paMKax py-
THHHOTO 00CJIeTOBaHMS, BHE 3aBUCUMOCTH OT OOIIEeTo
COCTOSTHUS OOJIBHOTO M KJIWHUYECKOW KapTHHBI, CO-
BMECTHO C IUIAHOBOW KareTepuzauued cepamna. Oco-
OCHHO TIOYEPKHUBACTCSI BAXKHOCTh MTPOBEIICHHS ITOT'O
WICCIIEZIOBAHUS Y TOJIPOCTKOB M B3POCIBIX MAI[UEHTOB
yepe3 10—12 net nocne onepaTuBHOrO JIEYEHUS IO Me-
tony ®Dontena [13, 20, 30]. [lanHble cucTeMaTu3upo-
BaHHBIX UCCIIEJOBAHUH TIOKA3BIBAIOT, YTO MIPU BBITOJI-
HEHHH KOHTPOJBHOM OHOIICHUHU MOJPOCTKAM, IMOYTH
B 100 % crmy4yaeB BBISBNACTCS KIMHUYECKH «HEMOW»
¢ubpo3 nmeyenn [10]. Takum 0Opazom, aHATUUPYS JTH-
Teparypy, MOKHO OTMETHUTB, YTO B cperHeM K 17 + 4.5
rojia y BCeX MaIlUCHTOB OTMEYaeTCs Hajmuuue Gpuopo-
3a TICYCHH TOU WM WHOU cTerneHu Tspkectu [20]. Cro-
WUT TIOMYEPKHYTh, YTO OTHOCHUTEIHHO HENABHO OblLia
npemiokeHa dPQPEeKTUBHAST METOAMKA KOJINYECTBEH-
HOW OLEHKH (UOPO3HON HArpy3KH IMEUYEHH C UCIOIb-
30BaHMEM TEXHHWKH OKpaIlWBaHUs KoyuiareHa Sirius
red ¥ TOTyaBTOMATHYISCKON KOJTMUECTBECHHON OIICHKH.
BosMokHO, B OyayIieM dTOT MOIXO MO3BOJIUT CTaH-
JapTU3UPOBaTh THCTOJOTHMYECKYIO KJACCH(PUKALMIO
u Ooree MIMPOKO MPUMEHSTh CPaBHUTEIBHBIA METOJ
[27]. [OmMONHUTEIFHEIM WHBa3UBHBIM METOIOM JHa-
THOCTHKH TP TIOPAKEHUH TIEUSHH SBIISIETCS YHIOCKO-
UL, KOTOPast JaeT BO3MOXKHOCTB OLEHUTh BAPUKO3HOE
pacmupenue BeH MUIIEBOIA U APYTHE KeITy10YHO-KH-
meyHble naroioruw [10].

Bcem nanuentam ¢ remonuHamMukoid MOHTEHA crie-
IyeT peKOMEHJIOBaTh OOIIYI0 MPOQIIAKTUKY 3a00I1e-
BaHU{ neyeHu. K TakuM peKoMeHJalusiM OTHOCHUTCS
OTKa3 OT OOJUTaTHBIX FeNaTOTOKCHHOB, TAKUX KaK aJjl-
KOTOJIb ¥ HAPKOTHYECKHE MPEenapaThl, BHICOKUE JT03BI

II. KAPOWOMOrnAa | CARDIOLOGY

aneTaMMHO(EHA, a TAK)KE PsAJla TeNaTOTOKCHYHBIX Jie-
KapcTB. [laHHOW Tpymme JuIl peKOMeHIyeTcs mpodu-
JaKTHYECKas BaKIMHAIWsA OT renatuta B u A, Bo3nep-
JKaHHE OT KypEeHUsI U KOHTPOJIb Macchl Tena [11].

BEJIOK-TEPAIOLLAA SHTEPOMNATUA

OnHuM 13 HanOoJiee TIKEIBIX OCIOKHEHHH y Tma-
LUEHTOB C TeMOAMHAMHUKON (DOHTeHa SBISETCA JH-
TeponaTus C aHOMAJbHOM MOTEpel ChIBOPOTOYHOIO
Oenka, KoTopasi BCTpeYaeTcsl MpuMepHo B 5 % ciryda-
€B U MOXXET BOSHHKHYTH B JIF000I MOMEHT IIOCIIe OTIe-
pauuu @ontena [31, 32]. IIaTuneTHssI BBIKUBAEMOCTh
1ocJie yCTaHOBJIEHMs Auartosa cocrasisger 70—88 %
[32, 33].

[MprynHBl BOZHUKHOBEHHSI JAHHOTO TATOJOTHYE-
CKOTO COCTOSIHHSI IO CHUX TOp oOcyknatorca. B Ha-
CTOsILIIEE BPEMsI CUYMTAETCS, YTO MAaTOreHe3 OesIOK-Te-
psIomell  SHTEpomaTuu  OOYCIIOBIEH COYETaAHHEM
HECKOJIBKMX  MaTO(U3HMOJOTHUECKUX  MEXaHH3MOB,
MPUBOIAIINX K YBEITUYCHHUIO TPOAYKIIUHA TUM(BI, PO-
CTy KOJMYECTBa aHOMAJIbHBIX JIUM(PATHUESCKUX KaHa-
JIOB, TUIICPTEH3UH B TUM(ATHUECKON CHCTEME U, B KO-
HEYHOM cyeTe, K quddy3uu 00ratoil OeiKoM JTUMPbI
B IIPOCBET JKEJIYJA0UHO-KHIIIEYHOTO TpakTa. K HUM oT-
HOCSITCSI TIOBBITIIEHHOE [IEHTPaJIbHOE BEHO3HOE JaBJIe-
uue (1[B/]), HenocTaTo4HOCTh JIMM(ATUUECKON CUCTE-
MBI, HapylIeHHe ME3eHTEepUaJbHOIO0 KpPOBOTOKa [32,
34]. Kpome Toro, nepuoasl 060CTpeHs SHTEPOIIaTHN
9acTO HAOJFOMAIOTCS MTOCIIe BUPYCHOW HH(EKITNH, UTO
emie pa3 MOAYEPKUBACT BAXKHEHIIYIO POJIb BOCIHAJEe-
HUS B IATOT€HE3€ IAaHHOTO cocTossHUsA [35, 36]. Takxke
OTMEUeHO, 4To y naruenToB ¢ OIIb cHuxkeH ypoBeHb
HSPG (mpoteornmkanoB remapad-cyiabdara) — pe-
LenTopa, MPUCYTCTBYIOMIETO B MeMOpaHe IHTEpPOIH-
TOB, KOTOPBIN 00ECIIEYNBACT PHTEPAIbHBII TPAHCIIOPT
Oenka. Ero HemocTaTOYHOCTh TaKKe MOXKET MPUBECTH
K motepe Oenka [36]. Y HEKOTOPBIX JIOACH MPUCYT-
CTBYIOT MM(paTnydecKkre KaHaJIbl U MyTH JIEKOMITpec-
CHH, KOTOPBIE IIPOXO/AT BOIM3U C TPOCBETOM KHIIIEY-
HUKAa WA JBIXaTCIBHBIMUA MYTSIMU, U MPU HAITHYUH
MOBBIILICHHOTO BEHO3HOT'O JIABJICHUS M 3aCTOS JTUM(BI
MPOUCXOAUT MPONOTEBaHKE JTUM(BI B OTH KaHAbI.
DTO MOXET OOBSCHUTH, TIOYEMY y OAHUX MAIFEHTOB
pa3BUBaeTCsl OEIIOK-TEPSIONIas YHTEPONATHS, a Y JIPY-
I'UX, C aHAJIOTUYHON CTENEHbIO BEHO3HOW TMIIEPTEH-
3uu, — HeT [2, 32].

TspkecTh 1 KIMHUYECKHe npossicHus DI1b Bapru-
PYIOT OT JIETKOW W/WJIHM TPaH3UTOPHOU (POPMEI 70 XpO-
HUYECKOTO TEUYECHHUS C depeaoBaHHeM (a3 peMHCCHH
u obocrpenus [32, 33]. KinuHuuecku TaHHOE OCIIOKHE-
HUE MOXET MPOSIBIATHCS TepUPEPHUSCKUME OTEKaMHU,
B3JIyTHEM KUBOTA (BCIIEICTBUE aCIIUTA), TIEBPATEHBIM
BBITIOTOM, CKOTUICHHEM JKUIKOCTH B TIEpUKapje, 3a-
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JEPXKKOH pocTa. Y 4YacTH MAaIMEHTOB MOXKET IMPHUCYT-
CTBOBaTh JAMapes, OAHAKO XPOHUYECKas AMapes Ha-
omonaercs Toabko B 11-20 % ciyuaes [32, 36]. Takxke
3HAYUTEIHHO CHIIKAETCS! IUIOTHOCTh KOCTHOM TKaHM
BCJIE/ICTBUE XPOHUYECKON THIOKAIBIIIEMHH, YTO TIPH-
BOJIMT K HApYyIICHUIO IMHEWHOro pocTta [37]. IlanueHTs
¢ OIIb uMeroT MoBBIIEHHBINH PUCK Pa3BUTHUS KOKHBIX
BUPYC-OIIOCPEIOBAHHBIX MPOIIECCOB, TAKHX KaKk OOpPO-
JaBKW W KOHTarmo3Hbld Mosutiock [38]. Ilpu cyoxmm-
HUYECKOM TEUCHHH MOXXET HE OTMEYaThCsl BUIMMBIX
OTEKOB, OJJHAKO HAOIIONAIOTCA HAPYIICHUS CO CTOPOHBI
JIPYTUX CUCTEM M OpraHoB. B TspKesbIX ciaydasx MOryT
BO3HUKATh TPOMOO3BI MJIM KPOBOTEUCHHUS N3-3a TIOTEPH
(hakTOpOB CBEpPTHIBAHMS KPOBH [2, 32]

3050TEIM cTaHAapToM auarHoctuku OlIb saBis-
eTCsl ONpeseeHNe MOBBIIIEHHOIO KiIWpeHca -1 aH-
TUTpUIICHHA B 24-4yacoBOM aHanu3e kama [2, 36, 39].
YuuTeIBasg TPYIHOCTH MPOBENCHUS JTAHHOTO MCCIE0-
BaHUs, TaKXe JAOMYCTUMO OCHOBBbIBaTh nuarno3 JOlIb
Ha IMOBBIIICHHOM yYPOBHE 0-1 aHTUTPHUIICHHA B OZHOM
o0pa3siie Kana B COBOKYIHOCTH C HAJIMYHEM TUII0ab-
OyMHHEMIUH B CHIBOPOTKE KPOBH M CUMIITOMOB OTEKa
0e3 npyroil BBISBIICHHON NMPUYMHBL PekoMeHmTyeTcs
OTIpeIeNATh yPOBEHb OOIIEro Oenka, CBIBOPOTOYHOTO
anpOymuna u QekanpHoro AIAT kaxasie 3—4 roxpa
y IeTel B Bo3pacTe o 12 met u kaxxasie 1-3 roma y me-
teit ctapmie 12 net [36]. Y HEKOTOPHIX MalMEeHTOB Ha-
OmroaeTcs cyOKIIMHMYECKast popMa C HOPMAJIBHBIM
YpPOBHEM albOyMHuHa W 0OIIero Oelika, HO C TIOBBI-
meHHbIM ypoBHEM A1AT B ananu3ze kana. Takue nuna
TpeOyroT 0OoJiee 4acTOro HAONIONECHUS M CKPUHHMHTA
Ha OIIb. /lnarno3 «Oeyok-Tepstomias SHTCPONaTH
YCTaHABIMBACTCS IIPU COUYETAHUU THUTIONIPOTCHHEMHH,
rUnoajnb0yMHHEMUH U TOBBILIEHHOTO YpoBHS AlAT
B aHanm3e kana [33, 36].

[locne moaTBepK/IeHUST TUArHO3a CIEAYeT MpOoBe-
CTH KOMIUIEKCHYIO OILEHKY TeMOIWHAMUYECKHUX TI0-
KazaTesjeld ¢ MOMOILBI0O METOIOB BU3yalIH3alUU: 9XO-
kapnuorpaduu, MPT/KT cepana, MP-mumdorpadpun
¢ T-2 B3BemmMBaHUEM B COUYCTAHHUH C DHJIOCKOMHUEH [2,
36, 38].

BPOHXOJIETO4YHAA CUCTEMA

B teuenme mepBbIx neT xu3HU pedenka ¢ EX co-
cyasl MKK mnoasepraioTcs MHOXECTBEHHBIM H3MeE-
HEHUSIM, KOTOPBIE BIIOCICACTBUH BIHSIOT Ha UX POCT
u (yHKIHOHUpoBaHue. [Ipu XUPypruyeckor KOppeK-
MU TIOPOKa JTAalHOE KaBOIYJIbMOHAJIBHOE COEIH-
HEHUE TMPUBOAHWT K CHIDKEHHUIO W HEPABHOMEPHOMY
pacmipeesieHHIo JISTOYHOTO KPOBOTOKA, B PE3yJIbTa-
T€ YEro MOXET BO3HUKHYTh CTPYKTYpHas MAaTOJOTHUS
B BHJI€ CTEHO30B, HEPaBHOMEPHOTO Pa3BUTHs BETBEU
JIA, runona3uu coCyIucToro pycia. B manpHeimem

remMoarHamMuKka POHTEHa CO3/IaeT OMpeIeIeHHbBIE 0CO-
oennoctn pynknnonnposanus MKK, Bkirrouas B ce0st
CHIXKEHHE 00beMa KPOBOTOKA, HAJTMYHE a0pTO-JIET0d-
HOT'0 KOJIJIATePaJIbHOT'0 KPOBOTOKA, SHOTEIHATHHYIO
JUCQYHKIHIO, OTCYTCTBHE ITyJIbCHPYIOIIEIO KpPOBO-
TOKa, a TaK)Ke€ HEJOCTAaTOYHOE CMEIIMBaHUE MTOTOKOB
HIDKHEH 1 BepXHeH MoJbixX BeH. B couetannn 3T hak-
TOpPBI CHOCOOCTBYIOT yBEIMYEHUIO JIETOYHOTO COCY-
nuctoro conporuBienus (JICC), uTo B cBOIO ouepenb
OpuUBOIUT K mporpeccupoBanuio CH u cozmaet cy06-
CTpAaT JUISl pa3BUTHS JICTOYHON TTATOIOTHH [2].

OnmHuM #3 peAKuX, HO OIMACHBIX OCIIOKHEHWUH
CO CTOpPOHBI JBIXATEIBHOW CHUCTEMBI SBIISETCS TLIa-
ctuueckuid Opouxut (I1B) — 3aboseBanue, xapakre-
pusyromieecss 00pa3oBaHUEM KpPYIHBIX [HIWHAPOB
B MPOCBETE ABIXaTEIbHBIX IyTel. [0 maHHBIM JHUTE-
paTypsl, pacopoctpaneHHoOcTh [1b cocTtaBuser < 5 %
y MauueHToB ¢ remoauHamukoit doutena [1, 2]. He-
CMOTpS Ha TO, YTO IMJIACTHYECKUH OPOHXHT BCTpeua-
eTcsl pellko, CMEPTHOCTh MPU 3TOM 3a00JeBaHUU J0-
cturaet 50 %. [laTtorene3 miacTudeckoro OpOHXHTA
CBsI3aH C YTEUYKOW JTUM}BI, 00pa3oBaHHEM JKcCyaa-
Ta WU TpaHCCyJaTa M €ro OTJIOKEHHEM B MPOCBETE
OpOHXOB y JIMII C MpepacoiararoiuMu (pakrTopamu
(mampumep, dacThle WH(GEKIIMOHHBIE PECIUpaTOpPHBIC
3aboneBanms) [2]. IIb paccmarpuBaeTcs Kak d9acThb
KJIMHUYECKOTO CIIEKTPa HEAOCTATOYHOCTH CO CTOPOHBI
TUM(AaTHYECKOH CHUCTEMBI BCIECICTBHE XPOHUYECKH
MTOBBIIIICHHOT'O BEHO3HOTO JIaBIeHUs [2].

[Ipu oOcnemoBaHMM MAIMEHTOB MOCTE OMEparuu
doHTeHa HeoOX0MUMO 00paIaTh BHUMAaHKE Ha TaKHe
CUMIITOMBI, KaK XPOHUYECKUH Kallellb, OTXapKHBa-
HUE, CBUCTSIIEE JbIXaHUE, HEeAPPEKTUBHOCTh Tepa-
AW TIperapaTaMyd W3 TPYHIbl OPOHXOMUTHKOB. [Ipu
nono3peHuu Ha IIb pekoMeH1yeTcss IPOBOAUThH PEHT-
reHorpaduo TpyIHON KIETKH, OPOHXOCKOIHIO, a TaK-
xe MP-nmumdorpaduro, koTopasi ocHOBaHa Ha TOCIe-
JIOBATEIIbHOCTSX, B3BEIICHHBIX 110 T2. JlaHHBINA MeTO.
JTAET BO3MOXXHOCTH BHU3yaIM3UPOBATh aPXUTEKTOHUKY
COCY/IOB U BBHISIBUTH HAJIMYHE IAaTOJOTHYECKUX COY-
CTHUH B TpyHOH KieTke [2, 3].

HAPYLWEHUWE ®YHKLUN NOYEK

[loyeunast nucPyHKUMS y MOJIOABIX IALUECHTOB
¢ remoanHamMukoil @onTteHa BoisiBisiercd B 10 % ciy-
4aeB W YBEIMYUBACTCS MO Mepe B3pocieHus [2, 3].
Camxenune CB u nmosermienne 1IBJ] mocme onepamuu
DoHTEeHa YMEHBIIAIOT CKOPOCTh KIyOOUKOBOM (pritb-
TpaMM MW YBEIMYMBAIOT JaBJICHHE KIyOOUKOBOM
¢unbpTpanny, BeI3bIBAs TAKMM 00pa30M MOBPEXKICHHE
camMuXx KIy0oukoB. [ToBTOpHBIE XHpPypruvecKue BMe-
LIaTeIbCTBA, XPOHMYECKAs T'MIIOKCHs, BO3JEHCTBHUE
HE(POTOKCHYHBIX NpPENapaToB M HOACOAEPKALIUX
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KOHTPACTHBIX BEIIECTB CIIOCOOCTBYIOT JajbHEHIIEMY
HapyIeHUI0 (QyHKLINHU MOYEK, B CBSI3U C YeM HEoOXo-
JUMBl THHAMUYECKOe HaOJIIOZCHUE W OIICHKa Moyey-
HoM (hyHKIINH [3].

C nepHoIUYHOCTBIO OJWH Pa3 B TOX IJISl OLIEHKH
(YHKIUM TOYEK PEKOMEHIYeTCs KOHTPOIHPOBATH
ypOBEeHb Oejika B MOYe, TaK KaK HPOTEHHYPHS U MU-
KpOaJIbOYMUHYPHUS SIBISIOTCS BaXKHBIMH TOKa3aTesi-
MH TIOYeYHOH mucyHKINH. PexkoMeHIyeTcs aHaim3
CYTOYHOH MOYM C OIpPEIEICHUEM MapKEpOB MOBPEIK-
nenus tyoymountepctuuns — NGAL, NAG. Takxke
MPOBOJUTCS J1a0OpaTOPHBIM KOHTPOJIb OMOXMMHYE-
CKOTO aHalin3a KPOBHU C OIIEHKOH MOYEBHHBI, KpeaTH-
HUHA, 3JIEKTPOJIUTOB, ONpPENEICHUEM CKOPOCTH KIIy-
OoukoBoil ¢unbTpaunu. Ilo AaHHBIM JUTEPATYPHI,
onpenencarie CK® Ha ocHoBe nucratuna C naer 60-
Jiee TOUYHYIO OLEHKY (YHKIIMH MOYEK 10 CPAaBHEHHIO
¢ kpearnHIHOM [40]. I3 HHCTpyMEHTaIBHBIX METOIOB
HCCIICIOBAHHUSI IOUCYHOM (PYHKIIMH IHPOKO MPUMEHSI-
etcst Y3U, ocoboe BHUMaHNE PEKOMEHAYETCS YT
OTIpEe/IeTICHUI0 MHJEKCa PEe3UCTEeHTHOCTH modyek. llo-
BBIIIICHHUE ATOTO Tokazarens > 0,81 yka3piBaeT Ha IPO-
rpeccupyloiee nopaxxeHue mnouek, cssizanHoe ¢ CH,
U ACCOLMUPYETCS C BBICOKOM JIETaIbHOCTHIO [3].

HEBPOJIOr'MYECKUE
N HEMPOKOIHNTUBHbIE HAPYLLUEHUA
Y NAUMEHTOB C FTEMOAVHAMUKON
POHTEHA

Bricokas pacnipocTpaHeHHOCTh HEBPOJIOTHYECKHX,
KOTHUTHUBHBIX, HEUPOIICUXUYECKNX M MOBEICHICCKIX
HapyUICHUH TPEACTABISET BAXHYIO MPOOIEMY Y TIOA-
pocTkoB ¢ remoguHamukoit @ontena [41]. Heratusnoe
BJIMSIHUE, CHNOCOOCTBYIOIEE BO3HMKHOBEHHIO OTHa-
JIEHHBIX MPOOJIEM B TICHXOMOTOPHOM W HEHPOKOTHU-
THBHOM pa3BUTHH y nmanneHToB ¢ EXK, momumMo o0bek-
THBHBIX O0CTOSITENIBCTB (BHY TPHYTPOOHOE HApyIIICHUE
nepeOpanbHON reMOJUHAMUKH, XPOHUYECKash TUIIOK-
CHSl B IOCTHATaJbHOM IE€PHO/E), TAK)KE€ OKa3bIBAIOT
WHAUBUIYaAJIbHBIE (AKTOPHI (TCHETHYCCKHE OCOOCH-
HOCTH, HU3KWH BEC TIPH POXKIACHUH, HETOHOIIEHHOCTD,
HU3KUW COIMAJIBHO-3KOHOMUYECKUN CTaTyC CEMBH)
Y MEIUIMHCKHME TPUYUHBI (DOJIBIIOE KOJUYECTBO XH-
PYPTHYECKUX BMEIIATEILCTB, Pa3BUTHE MaKpO- U MU-
KPOAMOOJIHH, IITUTEIIBbHOE NTpeObIBAaHNE B CTAIIHOHAPE
u obmas 3a00aeBaeMocCTh) [33].

HccnenoBanus ronoBHoro mMosra ¢ nomouiso MPT
[MOKa3bIBAIOT OTKJIOHCHUSI OT HOPMBI y OOJIBIIMHCTBA
MaHeHTOB C TIpeobiajaHueM OYarOBBIX/MYIIBTH-
¢oxanpHbIX aHoManuii [41, 42]. IlpomeHT OOIBHBIX
¢ EX ¢ noBpexaeHreM roloBHOrO MO3ra, BKJIHOYAs
HEOCTpble HWIIEMHYECKHEe W3MEHEHHUs, He3aMEeTHO
MPOTEKAIONINE WHCYJBTHI, OCTPOE WM XPOHUYECKOE

II. KAPOWOMOrnAa | CARDIOLOGY

BHYTPHYEPENHOE KPOBOM3IHUSAHNE, TIE€HEePaJIN30BaAH-
Hble aTpopuu, MEPUBEHTPUKYIAPHYIO JeHKoMas-
LUI0, BEHTPUKYJIOMETAJINIO, YBEIUIUBACTCS 110 XOAY
BBITIOJIHEHUSI ATANOB XHUPYPIHUECKOH KOPPEKIIUH
YHUBEHTPUKYJISIPHOW CXeMbl KpoBooOpaieHus [43].
Tak>xe y 3TOH KOropThl HAalMUEHTOB MO JAaHHbIM MPT
omucaHo 3HauyuMoe IudQy3HOEe yMEHBIIECHHEe 00bhe-
MOB KOPTHUKAJIBHOTO M IOAKOPKOBOI'O CEpOro Belle-
CTBA, TOJLIMHBI KOpbl Mo3ra. [lomoOHbIE M3MEHEHHUS
ObUIH 3aperucTpUpoBaHbl B JOOHOW, BHCOYHOH, Te-
MEHHOM W 3aTBUIOYHBIX N0JsiX [44]. Hakoner, ananmus
MHUKPOCTPYKTYPBI O€JIOr0 BELIeCTBA MOKa3ajl LIHUPOKO
pacrpocTpaHeHHOE MHOBpEXkKIeHUE OEJIoro BelecTBa
C BOBJICYUCHHEM OCHOBHBIX BOJIOKHHUCTBIX TPAaKTOB,
YYacTBYIOIIMX B KOIHUTHBHBIX (YHKIHSIX, YTO Ha-
MpsMYIO0 CBA3aHO ¢ Oonee HU3KUM 1Q u Oonee HU3KOH
CKOPOCTBHIO KOTHHTHUBHOH 00paOOTKW MaHHBIX [45].
VY TakuxX NAlMEeHTOB 3a4aCTyIO BBISBISIOTCS CIOKHO-
CTH C YTEHHEM, CUETOM, 3PUTEJIBHO-IPOCTPAHCTBEH-
HBIMH HaBBIKaMU, paboueii mamsTeio [42, 46]. Y TpeTu
HOAPOCTKOB IOCJIE ONEPATUBHONW KOPPEKIUH HalIIto-
JTAIOTCSI HECTIOCOOHOCTH K 00y 4YEeHHIO, TPOOIIEMBI C CO-
UAIbHBIM [T03HAHUEM U UCIOJIHHUTEIBHBIM (PyHKIIHO-
HUpOBaHMEM, a B 65 % ciydaeB oTMeUaeTcsl BBICOKUI
MPOICHT MOXU3HEHHBIX ICUXHATPUYECKUX JUATHO-
30B, TAKMX KaK AEMPecCus C JETKUMH UIN YMEPEHHbI-
MU TPOSIBICHUSMHU, TPEBOra M IeGHUUUT BHUMaHUS/
CHUHJIpOM TUMEpPaKTUBHOCTH [47, 48]. DTU manueHTHl
MMEIOT XY/IIITNe Pe3yIbTaThl B TECTAX, OIIEHUBAIOIINX
UX CIIOCOOHOCTh MHTEPIPETUPOBATH SMOLMUH IPYTUX
mozeil 1 COOCTBEHHbIE SMOLMH, COLIMAJIbHBIC CUTYa-
UM ¥ B3aUMOOTHouIeHus. KpoMme Toro, oHn aeMoH-
CTPUPYIOT OOJIbIIE ayTUCTHYECKOTO MOBEIACHUS, YeM
pedepentHas nomynsanus [42].

PacniozHaBanue U KOppeKLUs HEHPOICUXOJIOruye-
CKMX U TOBEJCHYECKUX HAPYLICHUH HMEIOT KpaiHe
Ba)XHOE 3HaueHHE AJsi oOydeHus: OONbHBIX, QOpMU-
pOBaHMA TIPUBEPKEHHOCTH K JICUEHHUIO, OOJIeruyeHus
nepexofa OT NEeJUaTPUUYECKOro  3IPaBOOXPAHEHUS
K B3pOCJIOH cHUCTEME, 3aBEpILICHUS BBICILIET0 00pa3o-
BaHMA U JajbHEHIIEro Tpyaoycrpoiictea. Heooxomum
KOMIUIEKCHBIM  TICUXOJIOTO-TIeJarorndeCKuil  TTOJIXO/
K TalMeHTaM M UX CeMbsM. Ba)KHO MpOBOJWTH JWa-
THOCTHYECKOE TECTUPOBAHUE C HCIIOJIB30BAHUEM pa3-
JUYHBIX aHKET M IIKaJl B paMKaX ICHUXOJIOTHYECKUX
CEaHcoB, NEpPHOAMYECKOe O00cIeOBaHHe, CKPHUHUHT
¥ HHCTpyMeHTanbHyto nuarnoctuky [IHC pebenka [2].

3AKJIIOHEHUE

HecMoTpst Ha 3HAUMTENBHBIN Mporpecc B 00JacTH
xupyprudeckoro jeuenus nereit ¢ EXXC, a taxxe co-
BEPILICHCTBOBAHMS BApHAHTOB UX HAOJIOAEHUS B IO-
CJIEONEPALlOHHOM MEPHONE, YPOBEHb CMEPTHOCTH
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B JaHHOW KOTOpPTE MAI[MEHTOB, K COXKAJICHHIO, BCE €IS
OCTaeTCs BBICOKHM.

[To mepe B3pocieHHs OOJBHBIX C TEMOJAWHAMHKOW
®doHTeHa HAOTIONACTCS MMPOTPECCUPOBAHUE U yBEITHYC-
HHE KOJIMYECTBA OCJIOKHEHHMM M, CJIEJ0BATENIbHO, IS
TaKWX JIAI He0OX0oIMMa BhIpaboTKa ONTUMAIBHON CTpa-
TEruy HaOJIONICHHSI, HAIICIICHHOHN Ha paHHEE BBISBICHUC
Y TIPEAOTBPAIICHIE TOPAKEHUST OPTaHOB-MUIICHEH.

B 0630pe 0000111eHBI COBpeMEHHBIE JaHHBIC O HaU-
0o0J1ee YacTBIX OCIOXKHEHUAX Kak co cTopoHbl CCC, Tak
U JPYTUX OPTaHOB M CUCTEM, a TAaK)KE€ METOJaX UX JH-
ArHOCTUKU, KPATHOCTH HAOJIOACHUSI, HEOOXOIUMOCTH
MYJIBTUIACIUATUIMHAPHOTO U KOMIIJIEKCHOTO TIOAXO0/a
B BEJACHHUH MAIIUEHTOB ¢ TeMogrnHaMuKoi dDorTeHa.
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NHdpopmauma o6 aBTopax:
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